Peutz-Jeghers syndrome was diagnosed in a 51-year-old woman presenting with iron deficiency anaemia. Upper gastrointestinal endoscopy and colonoscopy revealed several hamartomatous polyps in the stomach, duodenum and colon, which were removed. At a combined surgical-endoscopic procedure, 42 hamartomatous polyps were removed from the small intestine by snare polypectomy. This enteroscopic procedure reduces symptoms, may protect against future intestinal obstructive episodes and their associated surgery, and may reduce the risk of developing gastrointestinal malignancy.
Peutz-Jeghers syndrome (PJS) is a rare autosomal dominant inherited disorder. It is characterised by hamartomatous polyps in the gastrointestinal tract and mucocutaneous melanin hyperpigmentation of the lips, mouth and less commonly the fingers and toes. The melanin spots tend to fade in adult life.' 2 The gene responsible for PJS has been mapped to chromosome 19p. ' The polyps in PJS may be multiple or solitary, and are most commonly present in the small intestine (64-96%), but also occur in the colon (60%) and in the stomach (24-49%). intestinal obstruction in the future, it was decided to remove her small intestinal polyps endoscopically at laparotomy. At laparotomy, the surgeon could palpate approximately 20 polyps throughout the small intestine. A single enterotomy was made in the mid-jejunum at the site of a large polyp. An adult gastroscope, sterilised by 12 hours submersion in glutaraldehyde, was then passed into the small intestine. The endoscope was advanced in a retrograde direction to the duodenum and then antegrade to the terminal ileum with the surgeon helping to concertina the bowel over the gastroscope. A total of 42 polyps, the largest being 3 cm, were snared and removed by cauterisation. The surgeon assisted in retrieval of snared polyps by squeezing the detached polyps towards the enterotomy site. This saved time by eliminating the need to catch every detached polyp with endoscopic retrieval forceps and remove the gastroscope for each polyp. At colonoscopy, only a short length of terminal ileum may be inspected. Using a 'push' enteroscope inserted orally, the proximal small intestine may be inspected but the ileum is often not reached. Sonde enteroscopy will more reliably reach the terminal ileum but has the disadvantages of being less controllable and without therapeutic capability. The combined surgical-endoscopic approach we used ensures a quick, thorough assessment of the entire small intestine. Small intestinal polyps not seen with barium imaging and not palpable through the bowel wall by the surgeon can be identified. Multiple polyps can be removed safely with the snare and retrieved for histology without the need for multiple enterotomies. However, the intra-operative surgical-endoscopic approach has the drawback of exposing the patient to the potential complications of general anaesthesia and laparotomy.
In addition to treating anaemia from chronic gastrointestinal blood loss, the total clearance of all polyps from our patient's gastrointestinal tract should provide some protection against the future development of gastrointestinal cancer and obstructive symptoms. Regarding future surveillance, some authors recommend performing gastroduodenoscopy, colonoscopy and barium imaging of the small intestine every two years to look for further polyp development.9 1 Breast and gynaecological screening have also been recommended in women.5"1 Although such surveillance and screening programmes may provide benefit and be justified, demonstrating efficacy of such programmes is difficult, given the rarity of PJS. A week later the patient's wife, who worked for Age Concern, attended a drug abuse lecture and recognised the potential cause of her husband's symptoms. He was a keen producer of home-made greeting cards and spent up to 3 hours at a time, two to three times per week, in a poorly ventilated garage using 3M (TM) Spraymount Adhesive. He had been using it regularly for approximately 2 years but because of both a Christmas 'rush' to produce extra cards for a charity and excessive cold weather, this use had increased and with virtually no ventilation. The patient then confessed to symptoms of drowsiness and nausea. After stopping it completely and changing to a paste form of adhesive he felt dramatically better with complete cessation of his symptoms. Repeat liver function tests taken 4 weeks after the first set had returned to normal.
